We developed a rapid detection of this mutation by a simplification of DNA extraction followed by polymersee chain reaction (PCR) amplification (4) and digestion with restriction enzymes, SfaNI or Mae Ill.
RapIdDIagnosIsof Mitochondrlal

Mutation at PosItIon 11778-AssocIated Leber Hereditary Optic Neuropathy
To the Editor:
Labor hereditary optic neuropathy is a maternally inherited disease associated with mutations of mitochondrial DNA (1,2) . A G to A substitution at position 11778 converts a highly conserved arginine to histidune in the fourth subunit of NADH dehydrogenase (EC 1.6.99.3). This mutation causes the loss of an SfaNI restriction site (1) and creates a new Mae III restriction site (3).
We developed a rapid detection of this mutation by a simplification of DNA extraction followed by polymersee chain reaction (PCR) amplification (4) and digestion with restriction enzymes, SfaNI or Mae Ill.
Frozen EDTA-anticoagulated blood samples (20 1tL) were treated three times with 1 mL of a solution of 10 mmol of TrisHCl and 1 mmol of EDTA per liter (pH 8.0) at 4#{176}C. After centrifugation at 11 000 x g for 2 miii, the pellet was frozen at -70#{176}C for 5 mm, then heated at 95#{176}C for 5 mm, after which PCR amplification was performed without delay.
Primer sequences used for this purpose were 11618-11637 (light strand; 5'-GCATACTCTFCAATCAGCCA-3') and 11893-11874 (heavy strand; 5'-rFCTCCCAGTAGGTTAATAG-3'). The 
PathognomonlcFindingof Two-DImensIonal Electrophoresls?
To the Editor: We wish to report that high-resolution two-dimensional polyacrylamide gel electrophoresis (2DE) and silver staining yields a potentially pathognomonic profile of multiple serum protein anomalies in carbohydrate-defi cient glycoprotein syndrome (CDGS). CDGS is a recently described chroni cally debilitating autosomal recessiv neurometabolic disorder that aff multiple organ systems (1) (2) (3) (4) (5) of transfernin in serum, the fact that the terminal trisaccharide-depleted isoforms have altered chemical charge, and the availability of the CDT isoform assays that were developed for other clinical indications (7) . However, because increased CDT may also occur in ethanolism, primary biliary cirrhosis, and the D genetic type, the specificity of the CDT assay is <100% for CDGS (6, 7) . In contrast, the 2DE 
